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Serum somatomedin a c t i v i t y (E:SA) i n c h i l d r e n w i t h o p e r a t e d craniopharyngioma and p a r a d o x i c a l growth.

SSA was measured by b i o a s s a y i n 27 s e r a from 15 c h i l d r e n aged 5 t o 15 o p e r a t e d f o r craniopharyngioma (CP). A l l had complete GH d e f i c i e n c y , none r e c e i v e d hGH. Plasma T4 was normalized by a d m i n i s t r a t i o n of t h y r o i d powder. 14 r e c e i v e d h y d r o c o r t i s o n e (HC) 8-25
mg/m2/day, 13 d i d n o t . Growth v e l o c i t y (Gv) ranged 0 t o 7.5 c d y e a r . SSA ranged 0.18 t o 1.5 U/ml. No c o r r e l a t i o n was found between SSA and : d a i l y dose of HC, i n s u l i n peak a f t e r a r g i n i n e , d e l a y from s u r g e r y , % of weight e x c e s s . A p o s i t i v e c o r r e l a t i o n was found between SSA and GV ( r = 0.81, p < 0 . 0 0 1 ) . Moreover, i n p a t i e n t s r e c e i v i n g no HC t h e r a p y , GV c o r r e l a t e d negat i v e l y t o plasma HC ( r = -0.656, p < 0 . 0 2 ) .
These d a t a demonstrate 1/ t h a t t h e g e n e r a t i o n of SSA a f t e r removal of CP i s independant from G H s e c r et i o n and i s n o t r e l a t e d t o i n s u l i n s e c r e t i o n nor t o weight e x c e s s o r t o t h e t h e r a p e u t i c dose of H C ; 2/ t h a t t h e p a r a d o x i c a l growth i n t h e s e p a t i e n t s i s c l o s e l y p a r a l l e l t o SSA and n e g a t i v e l y c o r r e l a t e d t o endogenous plasma HC.
W.SCHONBERGER*,S.WIRTH*,W.GRIMM*~~~ A.ROTH* ( I n t r . by W. T e l l e r )
78 Department o f P a e d i a t r i c s and Radiology, Johannes Gutenberg U n i v e r s i t y , Hainz, Germany. Radioimmunological d e t e r m i n a t i o n o f somatomedin B i n h e a l t h y c h i l d r e n and p a t i e n t s w i t h HGH d e f i c i e n c y .
I n 192 boys and g i r l s , a g i n g from 1 month t o 1 6 y e a r s , serum somatomedin B l e v e l s were performed by radioimmunoassay o f Kabi Inc., s l i g h t l y modified. I n g i r l s t h e mean v a l u e i n c r e a s e d from t h e 1 st. month a t t h e end o f t h e second y e a r o f l i v e from 10.5k6.2 t o l9.2t9.2 mg/l, i n boys a t t h e same t i m e from iOt3.9 t o 20.3i6.2 mg/l. The v a l u e s d e c r e a s e d i n g i r l s i n t h e f o l l o w i n g y e a r s up t o t h e a g e o f 14-16 y e a r s t o 13.727.5 mg/l; i n t h e boys t o 11.5t4.2mg/l. The beginning o f t h e d e c r e a s e was i n g i r l s two y e a r s e a r l i e r t h a n i n boys. To t h e s e v a l u e s o f normal c h i l d r e n were compared t h e v a l u e s o f 8 p a t i e n t s w i t h HGH d e f i c i e n c y . The mean o f t h e s e c i l d r e n was 4.2 mg/l, s i g n i f i c a n t l y below t h e v a l u e s o f t h e normals. The d e t e r m i n a t i o n o f somatomedin B w i t h t h e t e s t e d radioimmunoassay may be u s e f u l f o r t h e s c r e e n i n g of Female pseudohermaphroditism w i t h s k e l e t a l a b n o r m a l i t i e s ( c r a n i a l and a n t e b r a c h i a l ) was observed i n 3 s i b l i n g s . Marked h i r s u t i s m was observed during pregnancies i n t h e mother. Ambiguous g e n i t a l i a were p r e s e n t a t b i r t h b u t f u r t h e r v i r i l iz a t i o n d i d n o t occur. S a l t w a s t i n g , hypokalemia o r hypertension was n o t p r e s e n t during long-term o l~s e r v a t i o n . Adrenal f u n c t i o n s t u d i e s were performed i n 2 of t h e p a t i e n t s . Basal v a l u e s o f u r i n a r y c o r t i s o l -m e t a b o l i t e s and 1 7 -k e t o s t e r o i d s were normal b u t t h e e x c r e t i o n of corticosteronar-metabolites and pregnanet r i o l was i n c r e a s e d ( r a t i o cortisol-/corticostemne-metabolites 1:l) . A f t e r ACm s t i m u l a t i o n a d d i t i o n a l e x c r e t i o n of pregnanet r i o l and corticosterone-metabolites was found. Also u r i n a r y c o r t i s o l -m e t a b o l i t e s were i n c r e a s e , i a s were 1 7 -k e t o s t e r o i d s , a l l t h o u g h o n l y moderate. Basal ACTIi and 17-OH progesterone v a l u e s were o n l y s l i g h t l y increased. These o b s e r v a t i o n s suggest t h e presence of a combined p a r t i a l 17-21 hydroxylase d e f i c i e n c y w i t h s k e l e t a l d e f e c t s . 'Phis c l i n i c a l e n t i t y has n o t p r e v i o u s l y been described. About 8000 rwaptora ma prbaent on h u r~n lymphocytaa of haalthy p e r a p a t a d a n u t h . o n a oonomtration of approxlmately 2x10-&We studied the b h v i o u r of the oclrfiooataroidmoeptora prasmt on lymphocytes a d on plataleta in dap&oe on s t w t u r a and oomentration.It w found that tha oortio* ataroidreoaptora prasont on platalata have a high-affinity than those 0x1 lpphooytar.Thir i n doomanted by 8 hi* moot i r i t y and a 1 -aataration oonoantration. Complete physical examinations and bone age determinations are performed regularly in a l l children being followed longitudinally in our clinic. Boys approaching puberty are asked a t each v i s i t whether there has been a f i r s t ejaculation. A survey was made of 158 boys (97 normals (N), 36 with delayed puberty (DP) and 25 with cryptorchidism (Cr)) in whom it was possible t o carry out an evaluation within an approximate 3 months of the f i r s t conscious ejaculation. Sixty four healthy school boys served as additional controls. The main findings were: 
Does good d i a b e t i c c o n t r o l i n f l u e n c e serum l i p i d s o r p l a t e l e t f u n c t i o n i n d i a b e t i c c h i l d r e n ?
Disturbances i n carbohydrate metabolism, l i p i d p a t t e r n and p l a t e l e t f u n c t i o n a r e p o t e n t i a l r i s k f a c t o r s i n t h e development of v a s c u l a r c o m p l i c a t i o n s i n j u v e n i l e d i a b e t i c s . I n a p r o s p e c t i v e s t u d y i n c l u d i n g 29 diabet i c c h i l d r e n t h e r e l a t i o n s h i p between t h e s e f a c t o r s h a s been s t u d i e d . Carbohydrate c o n t r o l was measured by HbA1, by C l i n i t e s t a n a l y s i s o f t h r e e u r i n e p o r t i o n s a day, t h r e e days a week f o r two months, and by c l i n i c a l judgement. P l a t e l e t f u n c t i o n was s t u d i e d by Born aggregometry. R e s u l t s : The r e l a t i v e number of p o s i t i v e C l i n i t e s t r es u l t s was h i g h l y c o r r e l a t e d t o HbAl ( r = 0 . 8 3 ) . There was a complete accordance between c l i n i c a l judgement and HbA1. A p o s i t i v e c o r r e l a t i o n was a l s o found b e tween HbAl and serum t r i g l y c e r i d e s ( r = 0 . 6 1 ) . The p l a t el e t s from p o o r l y c o n t r o l l e d c h i l d r e n o f t e n lacked shape change and showed slower a g g r e g a t i o n v e l o c i t y and l e s s pronounced maximal a g g r e g a t i o n . Summary: HbAl i s a very good i n d i c a t o r of carbohydrate c o n t r o l . Serum t r i g l y c e r i d e s and p l a t e l e t a g g r e g a t i o n a r e a f f e c t e d by t h e d e g r e e of d i a b e t i c c o n t r o l .
